Beckwith-Wiedemann syndrome (BWS) is characterized in most reported cases by the triad of Exomphalous, Macroglossia and Gigantism (EMG syndrome).
However, these major manifestations probably represent the extremes of this syndrome while cases with minor or time-dependent manifestations are usually not published. We present the variable expressions of BWS syndrome in 3 preterm infants.
The first had 75th percentile measurements at her birth (32 weeks) with macroglossia, large fontanel, ear creases and omphalocele. At corrected age of 7 months she was diagnosed to have hepatobl astoma.
The second had 60-75th percentile measurements at her 28 week birth. Dysmorphia was not noted at birth or during life. At corrected age of 2-1/2 months, she developed signs of puberty, and at 4 months, hepatomegaly. The 1 iver histologically showed extensive hepatoblastoma. At autopsy adrenal cytomegaly, pancreatic islet cell hyperplasia and umbilical hernia were also noted to be present. Ethanol has been orally administered once per week to 54 gravid pigtailed macaques (M.nemestrina) in doses of 0.0, 0.3, 0.6, 1.2, 1.8, 2.5 or 4.1 gmlkg from the first week in gestation or in doses of 2.5, 3.3, or 4.1 gmlkg from the sixth week. Peak plasma ethanol concentrations (PPEC) ranged from 24 ? 6 mgldl at the 0.3 gmlkg dose to 549 t 71 mgldl at the 4.1 gmlkg dose. An increased rate of spontaneous abortion occurred at and above the 1.8 gmlkg dose (mean PPEC = 205 mgldl) and no viable infants were born in cohorts receiving 2.5 gmlkg or 4.1 gmlkg ethanol from the first week in gestation. Thirty-three viable infants were followed from birth to 6 months of age. No animal had any major malformations. Mental retardation and craniofacial dysmorphisms were identified nearly consistently in the animals achieving PPEC's of 150 to 250 mgldl from the first week in gestation. Animals with higher PPEC's and exposures only after 40 days gestation were less consistently abnormal. The data demonstrated the teratogenicity of weekly ethanol exposure with an apparent period of teratogenic vulnerability in the first 6 weeks of gestation.
BONE FRAGILITY, CRANIOSYNOSTOSIS, HYDROCEPHALUS AND OCULAR PROPTOSIS: FURTHER OBSERVATIONS ON A NEWLY RECOGNIZED TYPE OF OSTEOGENESIS IMPERFECTA (01).
323 David E.C. Cole and Thomas 0. Carpenter, Depts of Pediatrics, Dalhousie University, Halifax, NS and Yale University School of Medicine, New Haven, CT. We reported 2 unrelated infants who presented with bone deformities and multiple fractures reminiscent of 01, but also displayed ocular proptosis, orbital craniosynostosis, hydrocephalus and distinctive, strikingly similar facial features. Both were unaffected at birth but suffered multiple metaphyseal compression fractures of the long bones at 2 to 4 months of age. This was accompanied by extensive demineralization and recurrent diaphyseal fractures that were most frequent in the second year oE life. Communicating hydrocephalus and orbital craniosynostosis were also noted in the first year of life. In one patient, a shunt was installed and craniofacial surgery was undertaken to correct proptosis and dys~norphic features. At 3 and 5 years of age, intellectual performance is unimpaired in both, but they are dwarfed, kyphoscoliotic, and markedly handicapped by bony deformities. Bone biopsy reveals decreased bone volume and increased bone resorption without compensatory new bone formation. Although neither electron microscopy nor fragment mapping of fibroblast collagens is abnormal, clinical features, including enamel hypoplasia, high-pitched voice, blue sclerae, joint laxity, thin skin with easy bruising, and poor wound healing, all suggest generalized connective tissue involvement. Cytogenetic and extensive biochemical investigations have failed to suggest an etiology; further elucidation requires identification and study of new cases. Patients with vesico-intestinal fissure have a poor prognosis. Abnormal bowel motility with malabsorption often contribute to death. Histopathologic observation of a visceral myopathy suggestive of an embryologic insult to smooth muscle development in a recent patient with a negative family history for familial visceral myopathy, prompted review of all cases of vesicointestinal fissure since 1966 at this institution. Results suggest abnormal morphogenesis of intestinal smooth muscle may be an important part of the pathogenetic sequence. This is consistent with an early insult to the lateral plate mesoderm from which arise the intra-embryonic splanchopleure and the intraembryonic somatopleure. These structures form the smooth muscle of the GI tract and the ventral body wall, respectively. Intestinal biopsy and electrophysiologic motility studies may help to define the extent of such defects and contribute to the successful clinical management of these patients. 
ASSOCIATION OF VISCERAL MYOPATHY WITH

California.
There are no good data providing frequency of congenital and genetic disorders occuring in those from Vietnam, Cambodia, and Laos. Life threatening diseases and malnutrition; injury or death due to warfare exhausted health resources. Because of these realities, a population study has been started to determine those genetic and/or congenital disorders occuring in the Vietnamese, Cambodian, Lao and Hmong. Preliminary data from birth, death, hospital records(*), and screening of a random sample of population for thalassemia reveals following.
Birth prior to 20 yrs of age Birth after 35 years of age
Congenital Malformations
Infant deaths prior to 1 yr *Expressed per 1,000 live births in 1984.
Screening for hemoglobinopathies reveals approximately 10% of Vietnamese population to be carriers for thalassemia.
In comparison with Black and Hispanic, those from Southeast Asia and from Asia have fewer births prior to 20 years of age, but more frequently continue reproduction after 35 years of age. The numbers and types of malformations reveal some ethnic/racial variation. Thalassemia may require increased medical attention. 
